Papers
Neuro-ophthalmic Presentations of Sarcoidosis by Trevor H Kirkham FRcs (National Hospital, Queen Square, London WCJ) Jonathan Hutchinson gave the first illustrated description of the skin disease lupus pernio which is now recognized as but one manifestation of the multi-system disease sarcoidosis. At the turn of the century the disease was known as Mortimer's malady after one of Hutchinson's patients (Hutchinson 1898) . Present-day concepts of sarcoidosis arose in the era of the second world war as a result of its clearer distinction from tuberculosis owing to the advent ofchemotherapy, improved radiological techniques and the availability of the Kveim test.
In the absence of a proven etiological agent there is to date no satisfactory definition of sarcoidosis, the diagnosis of sarcoidosis being a statement of belief that noncaseating epithelioid cell granulomas are present in all of a number of affected tissues and organs (Scadding 1967 ).
Central nervous system disease occurs in about 5 % of cases of sarcoidosis (Maycock et al. 1963 , James & Sharma 1967 , Herring & Urich 1969 , and is clinically manifested as cranial neuropathies, meningeal infiltration or local granulomatous mass lesions. Pathologically the sarcoid granulomata are found in the leptomeninges and parenchyma of the brain. The granulomata penetrate the substance of the brain along the perivascular spaces of the perforating vessels and the process is therefore best considered as meningovascular sarcoidosis (Herring & Urich 1969) .
Facial nerve involvement accounts for some 50% of cranial neuropathies in sarcoidosis, and usually occurs as a part of Heerfordt's syndrome of recurrent uveitis, parotitis and facial palsy. The complete syndrome is rarely seen (Crick et al. 1961 , James & Sharma 1967 , Scadding 1967 . The optic nerve is the second most frequently involved and the ocular motor nerves are rarely affected (Collier 1930 , Colover 1948 .
The literature concerning optic nerve disease in sarcoidosis has been reviewed by Jampol et al. (1972) and includes reports of papillcedema, papillitis, optic atrophy and local disc granulomas. The following cases illustrate some of the diagnostic problems which may arise when the anterior visual pathways are affected in sarcoidosis.
Case 1 A 42-year-old English woman gave a six-month history of headaches. The visual acuity was normal but the right blind spot was enlarged and there was marked swelling of the right optic disc. There were no signs of ocular inflammation. The left disc was normal. Fluorescein angiography confirmed that the disc swelling was strictly unilateral.
The cerebrospinal fluid pressure was normal. Right carotid angiogram and pneumoencephalography showed no abnormalities. Chest X-ray showed bilateral hilar lymphadenopathy. The Mantoux test was negative at 1/100 dilution. The Kveim biopsy showed numerous non-caseating granulomas.
The disc swelling rapidly resolved after a short course of prednisolone therapy.
Papilloedema can undoubtedly occur in sarcoidosis when local granulomatous mass lesions are present within the cranial cavity (Jefferson 1957 , Chumbley & Kearns 1971 . The term 'papillcedema' should be rigidly reserved for those cases of optic disc swelling caused by raised intracranial pressure and the non-specific term 'disc swelling' be used to embrace all other causes of swelling of the optic nerve head. The use of such terminology would avoid diagnostic confusion and obviate the surprise of some authors that the cerebrospinal fluid pressure was normal despite the presence of disc swelling . Recognition of local disc (edema avoids resort to unpleasant, unnecessary, expensive, time-consuming neuroradiological investigations which have a definite morbidity.
Local disc swelling should be suspected when the swelling is unilateral, when visual loss or a field defect is present, when there are associated ocular signs of inflammation or evidence of orbital disease, and when fluorescein angiography shows the presence of a more widespread disorder.
The disc swelling in the present case was considered to be the result of infiltration of the optic nerve and disc by sarcoid tissue. There are reports in the literature of histologically proven sarcoid of the optic nerves (Statton et al. 1964 , Anderson etal. 1966 . Radiological studies of the right optic foramen were normal but the left foramen was enlarged to 8 mm and the margins were not corticated. Bilateral carotid angiography showed no abnormality. Chest X-ray It is now recognized that there are many condi- Visual acuity of the right eye was reduced to appreciation of hand movements and the left eye was blind. Case 4 A 30-year-old Portuguese man experienced sudden loss of left vision. The right acuity was 6/6 and the left was reduced to appreciation of hand movements. There was a dense bitemporal hemianopia in addition to the left central field loss.
Radiological studies showed a mass lesion obliterating the anterior part of the third ventricle extending into the interpeduncular cistern. At craniotomy a large white mass was found to involve both optic nerves, the chiasm and hypothalamic region. Biopsy showed the presence of a chronic granulomatous lesion. The Kveim test was positive. Following a course of systemic prednisolone the visual acuity and visual fields returned to normal after one year.
Bilateral optic nerve, chiasmal and hypothalamic involvement in this case raised the possible diagnosis of a glioma. The discovery of a granulomatous disease process by biopsy led to the performance of the Kveim test and the ultimate diagnosis of sarcoidosis.
There is a tendency in nervous system sarcoidosis for involvement of the hypothalamic region and other cases are on record with tumourlike masses producing filling defects in the third ventricle (Goodman & Margulies 1959 , Walsh & Smith 1968 ).
Conclusion
Four patients with involvement of the anterior visual pathways by sarcoidosis have been described in whom recognition of the systemic disease was delayed owing to the mode of presentation. Infiltration of the optic discs, nerves and chiasm by sarcoid granulomata was the common underlying pathology.
